Spindle epithelial tumor with thymus-like different ion (SETTLE) is an extremely rare tumor arising from thyroid gland which was first time recognized and reported by Chan and Rosai. It is believed to be arising from the branchial pouch or the remnant of thymus within the thyroid gland as it reveals primitive thymic elements. It has been reported more than 20 times as an individual case reports in the searched English literature. It mostly occurs in the children and adolescent but cases of SETTLE are reported in adults and even in elderly patients. Age of patient is not diagnostic feature of the SETTLE tumor. According to the published data, SETTLE tumor has an indolent course but delayed blood-borne distant metastases is seen in the cases with long-term follow-up. The present case is 13-year-old boy who presented with solitary nodule of left lobe of the thyroid without any other symptoms. The patient was subjected to ipsilateral hemithyroidectomy. The histopathological report revealed the diagnosis of SETTLE tumor which was confirmed with the immunohistochemistry. The patient is followed-up regularly and there is no evidence of metastasis with more than 4 years follow-up. There are no existing guidelines regarding the optimum treatment and the duration of follow-up due to paucity of data about management of SETTLE tumor. The long-term follow-up is needed to detect recurrence or metastases.
INTRODUCTION
Spindle epithelial tumor with thymus-like element (differentiation), i.e. (SETTLE), is very uncommon tumor arising from thyroid gland first reported by Chan and Rosai. 1 The tissue of origin of the SETTLE is either branchial pouch or remnant of thymus within the thyroid gland. It mostly occurs in the children and adolescent. [1] [2] [3] The tumor exhibits indolent course but delayed metastases are known to occur. [1] [2] [3] Herein, we report a case of SETTLE tumor with more than 4 years uneventful postoperative follow-up.
CASE REPORT
A 13-year-old boy presented with swelling in anterior midline of neck extending to left side for 2 months. Two cases have exhibited distant metastases even after 20 years which signifies the long-term follow-up with special attention to lungs which is most common site of metastases. 5 The present case did not show local or distant metastases with more than 4 years postoperative follow-up but patient need to be kept under follow-up for many years to detect possible delayed metastases as early as possible. SETTLE tumor is composed of spindle cells of epithelial origin forming fascicles leading to formation of papillae, tubule and cystic spaces. Normally, tumor displays biphasic pattern but occasionally monophasic pattern is also seen.
5,7
These spindle cells show positivity for cytokeratin (epithelial membrane antigen and vimentin and negativity for calcitonin, chromogranin, desmin, myoglobin and actin). 2, 5, 7 Bing Xu et al reported the molecular genetic analysis revealing Ki-ras gene mutation at codons 13 and 15 on the same allele which may be the cause for tumorogenesis. 2, 4 However, there is no convincing evidence regarding the thymic origin of the tumor since SETTLE tumor is negative for CD20 and CD5 and TdT positive immature lymphocytes. 2 Cheuk et al reported that the histogenesis of SETTLE tumor still remains an enigma and they considered the possibility of thyroblastoma instead of thymoblastoma. 2, 5 Medullary carcinoma of thyroid, sarcomatoid anaplastic CA, synovial sarcoma and malignant teratoma should be considered as differential diagnoses. 2, 5, 7 Medullary CA is positive for calcitonin which is negative in SETTLE. 2, 5 Anaplastic CA reveals extrathyroidal invasion and extensive pleomorphism, mitoses and necrosis. 2, 5, 7 The uncommon monophasic variant can be differentiated from synovial sarcoma which shows monophasic spindle cells, hyperchromatic and more mitotic activity than SETTLE. 2, 7 Malignant teratoma exhibits some mesenchymal tissues, like cartilage, bone and undifferentiated neural component. 2, 7 There is no adequate data available to decide about the real malignant potential of the SETTLE tumor as most of the publications are about individual case reports with inadequate follow-up. [1] [2] [3] [4] [5] [6] [7] [8] [9] Aleksandr et al expressed the need to examine more cases to correlate between the morphological features of tumor with the metastatic potential. 2 There are no existing guidelines regarding the treatment and follow-up of cases due to paucity of data about management of SETTLE tumor. Hence, long-term followup is mandatory to detect possible recurrence or distant metastases.
